l y t r e a t e d o r c u r r e n t l y r e c e i v i n g chemotherapy f o r ALL, t o e s t a b l i s h t h e i n c i d e n c e o f o c c u l t leukaemic i n f i l t r a t i o n . The g e n e r a l morphology of t h e t e
t e s t o s t e r o n e l e v e l s , mean peak gonadotrophin responses t o LHRH and mean t e s t o s t e r o n e responses t o HCG d i d not d i f f e r between t h e p r e p u b e r t a l and e a r l y p u b e r t a l ALL groups compared t o groups of normal boys o f s i m i l a r p u b e r t a l maturation. The l a t e p u b e r t a l ALL group was t o o s m a l l f o r such comparison. No s i g n i f i c a n t r e l a t i o n s h i p e x i s t e d between t h e TFI and any o f t h e hormonal i n d i c e s s t u d i e d . I n d i v i d u a l l y 3 p r e p u b e r t a l ALL boys (n=32), 3 e a r l y p u b e r t a l (n=8) and 2 l a t e p u b e r t a l (n=4) showed an abnorm a l i t y i n t h e i r gonadotrophin responses t o LHRH b u t only 1 of t h e 44 ALL boys had no t e s t o s t e r o n e response t o HCG. We conclude t h a t moderately s e v e r e t u b u l a r damage of t h e t e s t i s u n a s s o c i a t e d w i t h Leydig c e l l impairment may not b e d e t e c t e d i n t h e prepubert a l boy u s i n g c u r r e n t t e s t s of t e s t i c u l a r f u n c t i o n .
. E .TRYGSTAD, I
.FOSS* and K . L . REICHELT*.
I n s t i t u t e o f P e d i a t r i c R e s e a r c h , R i k s h o s p i t a l e t , O s l o 1
, N o r w a y . P a t t e r n s o f p e p t i d e -c a r r i e r p r o t e i n c o m p l e x e s i n t h e u r i n e f r o m p a t i e n t s d i a g n o s e d a s a n o r e x i a n e r v o s a .
An a n o r e x i g e n i c t r i p e p t i d e i s o l a t e d f r o m t h e u r i n e f r o m p a t i e n t s w i t h a n o r e x i a n e r v o s a was p r e s e n t e d a t t h e ESPE m e e t i n g i n B e r l i n . 1 9 7 5 . The s y n t h e t i c a n a l o g h a d s i m i l a r a n o r e x i g e n i c e f f e c t ( A c t a e n d n c r . 1 9 7 8 , 8 9 :
9 6 ) . T h i s e f f e c t was o b s e r v e d i n t h e u r i n e f r o m a l i m i t e d number o f p a t i e n t s t h o u g h t t o h a v e a n o r e x i a n e r v o s a , o n l y , a l l h a d t h e same UV-280 p a t t e r n on c h r o m a t o g r a p h y o f t h e u r i n e p r o t e i n p r e c i p i t a t e on Sephadex 6 -2 5 g e l c o l u m n s . One boy and 2 8 g i r l s h a d t h i s p a t t e r n and w e r e c o n s i d e r e d t o h a v e a p r i m a r y h y p o t h a l a m i c t y p e o f a n o r e x i a n e r v o s a . The p a t t e r n o f t h e u r i n a r y p r o t e i n c o m p l e x e s h a s b e e n o b t a i n e d f r o m a d d i t i o n a l l y 6 9 g i r l s a n d 2 boys d i a g n o s e d as a n o r e x i a n e r v o s a . They h a d 4 r e p r o d u c i b l e a n d q u i t e d i f f e r e n t p a t t e r n s : ( l ) s i m i l a r t o t h a t f o r n o r m a l c o n t r o l s . l 6 ; ( 2 ) s i m i l a r t o t h a t f o r p a t i e n t s w i t h a u t i s m , 2 0 ; ( 3 ) s i m i l a r t o t h a t f o r c h i l d r e n w i t h t h e h y p e r k i n e t i c syndrome.2; a n d ( 4 ) 3 g i r l s a n d 2 b o y s had a h y s t e r i f o r m a n d m a l e v o l e n t t y p e o f n e u r o s i s w i t h a s p e c i a l p a t t e r n . The d i f f e r e n t g r o u p s h a d c h a r a c t e r i s t i c p s y c h o p a t h o l og i c a l f e a t u r e s , a n d t h e c h r o m a t o g r a p h i c s c r e e n i n g o f t h e u r i n a r y p r o t e i n p a t t e r n h a s been o f d i a g n o s t i c a s w e l l a s t h e r a p e u t i c v a l u e i n f o o d r e f u s a l syndromes.
M. J .~e n t z e~.~.~o x e~* a n d J.S . H-Thymidine incorporation were used to monitor the composition of each fraction.Steroid cytosol ~eceptor activity was measured in each fraction using H-dexamethasone and a standard charcoal adsorption technique In normal rats receptor activity was detected in all fractions but was siqnificantly greater in fraction 6 than in fraction 1 (p<O.O05).These data suggest that cytoplasmic corticosteroid receptors in normal rats have higher binding activitv in crypt cells than in villous tip cells. Corticosteroid hormones may influen ce immature crypt cells more than mature villous tip cells in normal rats since qlucocorticoid receptor activity is substantially hioher in crypt dells. P.STUBBE, A.KOHLSCHUTTER, J.VAITUKAITIS**, 50 A.KoNIG, w.wcK, P .HEIDEMANN, F.MuNDINGER*.
Dept. of Pediatrics and Experimental Endocrinology, University of Gottingen, 'Dept. of Neurosurgery, University of Freiburg, West Germany, **Boston City Hospital, Boston, USA. Alpha-fetoprotein (AFP) and human chorionic gonadotropin (HCG) in ectopic pinealoma with precocious puberty.
Precocious puberty as a result of ectopic pinealoma with secretion of HCG and AFP has rarely been described in children and adolescents. With these two markers the effectiveness of treatment can be assessed. An 8 1/2 year old boy is described who presented with a 3 months history of precocious puberty. The tumor was located at the posterior part of the third ventricle in the area of the pineal gland. Plasma levels of testosterone ( > 1000 ng/dl), HCG (87.5 ng/ml) and AFP (200 ng/ml) were remarkably elevated before treatment. An 192-iridium implantation was performed since the tumor was inoperable. One year after operation the boy is doing well with a considerably reduced tumor mass and normal HCG and AFP levels. The disadvantage of accelerating bone age needs to be accepted when tumor markers like HCG are used to assess the diagnosis and course of treatment in ectopic pinealoma.
L.GARGANTINI* and G.CHIUMELL0
51 Endocrine Unit,Department of P e d i a t r i c s , U n i v e r s i t y of Milan,Ospedalc Luigi Sacco.20157 Milano,Italy. H-Y a n t i g e n i n f a m i l i a l XX t r u e hermaphroditism. Two s i b l i n g s ( % , S F ) with ambiguous e x t e r n a l g e n i t a l i a a t b i r t h were r e a r e d a s a female and a male r e s p e c t i v e l y . In both p a t i e n t s t h e presenq.c-of o v o t e s t i s was h i s t o l o g i c a l l y proved. and mammary glands developed a t puberty. Karyotype was 46XX i n a l l examined c e l l s . SF'S mammary glands were s u r g i c a l l y removed and h i s t o l o g i c a l l y revealed t h e p i c t u r e o f male glands with enl a r g e d d u c t s a s observed i n gynecomastia. H-Y a n t i g e n was d e t e rmined by p r o f . U.
Wolf i n Freiburg, by t h e c y t o t o x i c i t y t e s t , u s i n g r a t s of t h e h i g h l y i s o g e n i c Lewis s t r a i n : b o t h p a t i e n t s were H-Y p o s i t i v e .
T h e i r mother was H-Y n e g a t i v e , i n d i c a t i n g an autosomal dominant mode o f i n h e r i t a n c e t r a n s m i t t e d by t h e f a t h e r . The varying expression o f t h e mutation may be dependent on t h e degree with which t h e H-Y s t r u c t u r a l gene i s repressed o r t h e f u n c t i o n of t h e H-Y a n t i g e n i s modified by o t h e r genes. The a l t e r n a t i v e formation o f an o v o t e s t i s o r a t e s t i s i n XX i n d i v id u a l s (XX male syndrome and t r u e hermaphroditism) i s t h e r e f o r e expected t o be a v a r i a t i o n of t h e same p a t h o l o~i c a l c o n d i t i o n .
M. PIERSON, P. NABET+, D. MALAPWE+, J. STRASZEK+, 52 M. HEULIN+, S e r v i c e de M'edecine I n f a n t . B, Centre Hosp. U n i v e r s i t a i r e , 54000 Nancy. France Somatomedin a c t i v i t y i n t h e human f e t u s .
Fourteen human f e t u s e s o f 14 t o 28 months o f g e s t a t . age have been c o l l e c t e d immediately a f t e r spontaneous a b o r t i o n . Blood, l i v e r and a l l t h e endocrine glands were c a r e f u l l y removed and s t u d i e d . Hormonal s e c r e t i o n was e v a l u a t e d f o r p i t u i t a r y gland by e x p l a n t c u l t u r e s and immuno-reactive HCH production r e f e r r e d t o t h e weight o f t h e gland.
Blood s e r i e samples s t o r e d a t -40' were e s t i m a t e d f o r SMA a c t i v i t y according two procedures: i . e . K. HALL'S b i o a s s a y on chick embryo p e l v i s c a r t i l a g e , and MARSHALL' S r a d i o r e c e p t o r assay on human p l a c e n t a l membranes. Valuable r e s u l t s a r e a t t a i n e d f o r 9 f e t u s e s and showed a p o s i t i v e c o r r e l a t i o n t o t h e g e s t a t i o n a l age weight and s i z e o f t h e f e t u s . R.R.A. values seemed t o be s i g n i f i c a n t l y h i g h e r t h a n t h a t from b i o a s s a y .
I n c r e a s e o f f e t a l SMA values d u r i n g a n t e n a t a l development seemed g r o s s l y p a r a l l e l i c t o p i t u i t a r y G H production.
